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48 of 173 patients (31%); there were three patients (~2%) who failed to develop significant muscle weakness but met other diagnostic criteria (e.g., abnormal enzyme, EMG, or muscle biopsy), and one women with rash alone but without overt myositis who had cancer of the uterus. The term "amyopathic dermatomyositis" was introduced by Pearson in 1979 [12] for patients who had typical cutaneous findings of DM, but did not have any clinical or laboratory signs of muscle disease at least 2 years after the onset of the skin pathology. He reported five women with only cutaneous manifestations of DM, and six other patients (four women and two men) in whom the skin lesions were florid, whereas weakness and EMG changes were minimal [12] . Rockerbie et al.
[9] described 28 of 50 patients (56%) who had DM with skin rash preceding muscle weakness, at intervals varying from 1 month to more than 4 years. Six patients (12%) only had cutaneous lesions more than 21 months before the onset of muscle weakness. Euwer and Sontheimer [1] described six patients who did not develop evidence of myositis for at least 2 years after the onset of cutaneous rash and defined cutaneous manifestation of amyopathic DM ("DM sine myositis"). However, EMG and muscle biopsy were not performed in any of these patients. Because five of these six cases were treated with moderate doses of prednisone and none of them developed overt myositis, Euwer and Sontheimer suggested that a "more aggressive approach to treating the skin disease may prevent the development of muscle disease in cases who initially have only cutaneous involvement." Euwer and Sontheimer [13] divided patients with amyopathic DM into three groups: (i) Type 1 represents pure amyopathic DM patients who have only cutaneous manifestations, (ii) Type 2 are patients with skin lesions who have subjective myalgias and weakness, but without laboratory evidence of muscle disease (as seen in Krain's series), and (iii) Type 3 are patients with eruptions, without features of muscle disease, but having evidence of abnormal laboratory tests at some time during their course. In 1993, Stonecipher et al. [7] reported 13 patients with typical DM rash and normal serum enzyme levels. The patients were separated into three groups: (i) four patients with only cutaneous changes without muscle involvement after 4-11 years follow-up (i.e., amyopathic DM), (ii) seven patients with cutaneous changes at baseline and subsequent development of myosits, and (iii) two patients with cutaneous changes and normal muscle enzymes in whom, however, the diagnostic evaluation showed subclinical evidence of muscle involvement demonstrated by EMG and/or muscle biopsy. This classification approach has been utilized by others [18] . Stonecipher et al. [7] have suggested the avoidance of therapy with systemic corticosteroids or other immunosuppressive drugs in patients with lack of overt muscle disease. In a retrospective study of 12 patients with typical DM rash but without reported weakness (i.e., with amyopathic DM) in France, Cosnes et al. [10] found eight cases with an increased enzyme levels, seven patients had myopathic finding on EMG and nine patients had abnormal muscle biopsy, of whom five had histopathologically confirmed myositis. After approximately 5 years follow-up, no patient developed overt muscle disease, and cutaneous manifestations improved in nine of all 12 patients [10] . Hydoxychloroquine sulfat was the first line therapeutic agent in all patients. None of the patients in this group received systemic corticosteroid treatment. Some clinically amyopathic DM patients have been observed to exhibit continuing skin disease activity for more than 20 years without ever developing clinically evident muscle weakness or other systemic features of DM [19] .
